We report a case of ectopia lentis associated with angle closure glaucoma (ACG) and pigment dispersion, ipsilateral to the angioma in a patient with SWS.
Case report
A 45-year-old woman with SWS was referred for blurred vision OS and left-sided headaches. The visual acuities were 20/20 OD and 20/25 OS with a 2-D myopic shift OS, and intraocular pressure (IOP) was 15 mm Hg OD, and 30 mm Hg OS ipsilateral to the SWS lesion, which extended from the left upper eyelid to the vertex, with minimal conjunctival involvement. Gonioscopy was open OD, but mostly closed OS. Laser iridotomy OS deepened the anterior chamber (AC), with IOP 15 mm Hg 1 week later. However, the AC remained shallow and the patient underwent further evaluation. At that time the IOP was 26 mm Hg OS. Gonioscopy remained narrower OS with heavy pigment, but without synechiae; neither Krukenberg spindle nor iris transillumination defects were present. Dilated examination revealed temporal and anterior subluxation of the left lens ( Figure 1) ; no pigment was seen on the few visible zonules. The cup : disc ratio was 0.3 OD and 0.7 OS. No choroidal hemangioma was seen OS, and ultrasound biomicroscopy OS was normal. She was 6-feet tall with normal mentation; echocardiogram, chest X-ray, and electrocardiogram revealed no evidence of Marfan disease. There was no history of trauma.
The patient underwent pars plana lensectomy/ vitrectomy OS. At 28 months post-operatively, the corrected visual acuity was 20/25 and the angles were equally open OU with light pigmentation OD and moderate pigmentation OS, and without synechiae OS, but the IOP was 26 mm Hg OS on Timolol.
Comment
We found two reports of ectopia lentis in patients with SWS, 2,3 one of which may have had traumatic lens dislocation.
3 Glaucoma in SWS is typically similar to congenital glaucoma in cases presenting from birth to 2 years, or is due to increased episcleral venous pressure later in life.
1 ACG has been reported in patients with ectopia lentis, 4,5 and some authors advocate lensectomy in the management of ACG associated with ectopia lentis. 5 In our patient, lensectomy widened the angle but did not resolve the IOP elevation. Pigment dispersion may have occurred because of friction between the subluxed lens and the iris pigment epithelium, or intermittent pupillary block. Our patient had SWS associated with ectopia lentis that caused both ACG and pigment dispersion; these findings are rare ocular complications of SWS.
